INTRODUCTION
Lutembacher's syndrome is an uncommon form of complex congenital heart disease characterized by combination of congenital atrial septal defect (ASD) and acquired mitral stenosis (MS). This rare form of disease may remain asymptomatic until late in life and diagnosis often missed leading to fatal outcome. Strong clinical suspicion is important for timely diagnosis to prevent the untoward complication from this complex disease especially in developing countries like India where prevalence of rheumatic heart disease is still high. Here, we will present a case of a middle aged lady who was admitted with right heart failure, diagnosed to be a case of Lutembacher's syndrome by echocardiography and managed conservatively with a plan for surgical correction later.
CASE HISTORY
A 43 years old married female was admitted with chief complaint of respiratory distress of 7 days. She was having breathing discomfort since her young age which was aggravated during her first pregnancy ten years back but was well tolerated and she delivered a normal healthy baby by cesarean section. Since then, she started having intermittent respiratory tract infection and progressive dyspnea. In the last 2 years, she developed several episodes of respiratory distress with mild bilateral leg swelling, easy fatigability, palpitation and orthopea. Dyspnoea was gradually progressive, non-seasonal, exertional, more on lying down and of NYHA (New York Heart Association) grade three. It was associated with mild productive cough with scanty expectoration. There was also history of gradually progressive distension of abdomen and bilateral lower limb swelling but no history of accompanying chest pain, fever or hemoptysis. There was no history of hypertension, diabetes mellitus, chronic obstructive airway disease, bronchial asthma and tuberculosis. She denied any history of rheumatic or congenital heart disease in the past. On examination, she was afebrile with presence of pallor and bilateral pedal edema. Jugular Venous pressure was raised. Her pulse was 110 beats/min, low volume, irregular in rate and rhythm. Blood pressure was 100/70 mm Hg, with respiratory rate of 26 breaths/minutes. On cardiac examination, there was loud S1 with variable intensity and wide fixed splitting of S2 with opening snap. There was low pitched mid-diastolic rumbling murmur in mitral area without any radiation. There was an early systolic non radiating murmur in pulmonary area. There was no parasternal heave. Respiratory system examination revealed bilaterally equal normal breath sounds with bilateral lower zone fine crepitations. Abdominal examination revealed presence of ascites and mild tender hepatomegally. Blood biochemistry revealed mild anaemia and congestive hepatitis, rest of the haematological profile was normal ( Table 1 Figure 3D ). There was also associated moderate tricuspid valve regurgitation with pulmonary arterial pressure of 60 mm Hg. With these findings, a diagnosis of Lutembacher's syndrome (ASD plus MS) was established. She was managed conservatively with intravenous furosemide (40 mg twice daily), digoxine (0.25 mg daily, five days in a week) and subcutaneous lowmolecular weight heparin (40 mg twice daily) and later followed with oral diuretic (Furosemide and spironolactone), beta blocker (Metoprolol), oral anticoagulant (warfarin) and digoxin. She was also given the standard prophylaxis for rheumatic fever with injection benzathine Penicillin 12 lakh units deep intramuscular (after negative skin test) once every 3 weeks. She was discharged in hemodynamically stable condition. She was discharged in hemodynamically stable condition with a plan for high risk surgical correction.
DISCUSSION
The association of ASD and MS was originally described by Corvisart in 1811 and was later in 1916 it was published as a combination syndrome by Lutembacher in a 61 year old lady who had seven normal deliveries before. 1 The disease is more common in females because ostium secundum atrial septal defect and rheumatic mitral stenosis are both more prevalent in females. The incidence rate of MS in ASD has been estimated at 4% while incidence rate of ASD in MS has been estimated at 0.6-0.7%. The incidence rate of coexisting rheumatic Mitral Stenosis depends on the geographic prevalence of rheumatic fever. In the underdeveloped countries, a history of rheumatic fever has been reported in 40% of patients with this condition. 2, 3 Lutembacher's syndrome is a rare, complex congenital heart disease. There are limited epidemiological data in medical literature on this rare syndrome The current consensus is that Lutembacher's syndrome consists of a congenital defect in the atrial septum (ostium secundum) along with acquired mitral stenosis. When these disorders coexist, each modifies the hemodynamic and clinical expression of other. Mitral stenosis increases the resistance to flow from left atrium into left ventricle and thus augments the Left to Right shunt in proportion to the severity of mitral stenosis. 3 The mitral valve is normally the only exit from the left atrium. In Lutembacker's syndrome, ASD constitute an alternative exit that decompresses the left atrium and in doing so, reducing the haemodynamic severity of MS by diminishing the trans mitral gradient, and thus masking symptomatology of MS albeit at the cost of increased haemodynamic severity of ASD. In brief the MS increases the shunt flow across an ASD and an ASD decreases the gradient across a stenotic mitral valve. 4 Since the right ventricle is more compliant than the left ventricle, blood flows to right atrium through ASD instead of going into pulmonary veins, thus preventing pulmonary edema. Early diagnosis and surgical treatment have good prognosis. 7, 8 If patient develops pulmonary hypertension and heart failure, prognosis become poor. 5 Other dreaded complications which can be fatal are cardiac arrhythmias and thrombo-embolic cerebrovascular disease. 6 If the patient is diagnosed at an early stage before development of complication like pulmonary hypertension or heart failure-ASD closure with mitral valve repair or replacement bears a good prognosis and prolong survival. 
